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The major cause of death in cystic fibrosis is respiratory failure associated with pulmonary hypertension and cor pulmonale. This follows a variable period of chronic pulmonary infection and progressive lung injury associated with a considerable morbidity. Lung injury is caused mainly by a continuous and exuberant host inflammatory response to chronic endobronchial bacterial infection. The initiation of infection and the regulation of the inflammatory response are poorly defined and greater understanding of both might indicate ways of protecting the lungs and prolonging survival.
Pathology of the lung in cystic fibrosis Histological abnormalities of the lung are detectable within the first few days of life.' Before any infective episodes submucosal gland hypertrophy, duct obstruction, and mucus cell hyperplasia occur. These abnormalities are probably related to the underlying genetic defect and encourage colonisation of the respiratory tract with microorganisms. Repeated pulmonary infection causes bronchiolitis, mucus impaction, cyst formation, and ultimately bronchiectasis, which has been observed in children as young as 
